Aplasia cutis congenita is a rare heterogeneous group of congenital developmental disorder of the skin. ACC usually involves scalp. We report an interesting presentation of ACC in a neonate with extensive lesions over bilateral thighs as well as feet. Such symmetrical distributions being rarely reported.
Neither the pathogenesis nor the etiology has been clarified yet, due to multiple etiological factors involved in the diseases process, as like Genetic factors, intrauterine trauma, infection, compromised vasculature to the skin, medications and teratogens (methimazole, carbimazole, misoprostol, valproic acid, diclofenac (nonsteroidal anti-inflammatory drugs). [3, 8, 9] Most published cases of ACC are sporadic; with a few reports describing a familial occurrence in the form of autosomal dominant, [10] as well as autosomal recessive pattern of inheritance. [11] Prognosis of the disorder depends on the others organ involvement and their size. [2] The main complications of larger defects include infection, bleeding and thrombosis that may be fatal. Therefore, prompt diagnosis and appropriate treatment are instituted earlier include conservative and surgical management. Larger skin defects reconstruct with local skin flaps and allogeneic dermal graft or cultured epitheloid autografts. We describe a case of ACC with symmetrical lower limbs involvement in a neonate.
CASE REPORT
A 5-day-old male baby was referred by an obstetrician for extensive areas of denuded skin in both lower limbs. The full term neonate with appropriate growth for gestation age (birth weight 2688 gm, length 48 cm and
INTRODUCION
A plasia cutis congenita (ACC) is a heterogeneous group of congenital disorder characterized by a localized absence of skin, dermal appendages and subcutaneous tissues since birth of the child. It is a rare condition with no sexual and racial predilection. It was first described by Cordon in 1767. [1, 2] ACC was reported to affect 1 in every 10,000 live births. [3] Another review in 2006 reported an incidence of 2.8 cases per 10,000 newborns. [4] This apparent differences in the incidence may be the result of the significant underreporting. ACC may occur anywhere in the body; however, in 84% of cases, the defect is found in the scalp. [5] Nonscalp lesions may involve the trunk, extremities or both and are usually bilaterally symmetric. [6] Still, asymmetric distribution has been also reported. [7] Diagnosis is based on the clinical findings mainly while the histopathology is not reported in majority in cases. [1] Histological Feature vary depending on the depth and duration of aplasia, the total absence of epidermal appendages is specific characteristic features but reported in few cases only. [8] head circumstances 34 cm), born by normal delivery, had bilaterally symmetrical distributed aplasia cutis involving the antero-medial aspects of both lower limbs. No family history of similar condition and no history of medications or disease during pregnancy could be elicited. On physical examination, the child showed no signs of acute distress or neurological impairment. The uppermost part in the left thigh had already healed and is presented as a congenital scar, and the lower area was covered by the thin translucent membrane [Figures 1 and 2 ]. There were no other organ abnormalities on clinical examination. Ultrasonography of the abdomen and central nervous system imaging revealed no abnormalities. Routine investigations were within normal limits. Child managed conservatively with cotton padding and topical antibiotics.
DISCUSSION
Aplasia cutis congenita is one of the uncommon disorders of skin embrional development presented at birth characterized by a localized absence of skin, dermal appendages, and subcutaneous tissues. Most published cases of ACC is typically sporadic; however, autosomal dominant and less commonly autosomal recessive, cases have also been reported. [12] Mutations in ribosomal GTPase BMS1 have been identified as a potential cause of autosomal dominant ACC.
At birth, ulcerated lesions may show a complete absence of skin. After healing, the epidermis may appear flattened with a proliferation of fibroblasts within the connective-tissue stroma and an absence of adnexal structures. Histologic evaluation of such lesions reveals a distinct pattern containing fibrovascular stromas, edematous stroma, or both, but the total absence of epidermal appendages is specific characteristic features. [8] Although ACC usually benign, they can be associated by a lot of physical anomalies syndromes and chromosomal disorders. Hence, Frieden [3, 4] created a classification system for ACC consisting of nine groups based on the number and location of the lesions and the presence or absence of associated malformations [2] The decision to use medical, surgical, or both forms of therapy in ACC depends primarily on the size, depth, and location of the cutaneous defect and therapy of associated defects as indicated. Recovery is uneventful, with gradual epithelialization and formation of a hairless, atrophic scar over several weeks. Larger skin defects reconstruct with local skin flaps and allogeneic dermal graft or cultured epitheloid autografts. [6] but Underlying or associated defects may also significantly affect mortality and morbidity. Full-thickness defects of the scalp, skull, and dura are associated with a mortality rate of greater than 50%.
Local therapy includes gentle cleansing and the application of the bland ointment or topical antibiotic ointment to prevent desiccation of the defect. Antibiotics are only indicated if overt signs of infection are noted. Our patient is an example of ACC with involvement of bilaterally symmetrical distributed aplasia cutis involving the antero-medial aspects of both lower limbs with involvement of the dorsum of feet and medial third of the right sole. Our child did not show any others organ abnormalities and had no obvious neurological deficit. The clinical description of our patient points towards the type 7 of Friedan classification. But the disorder occurs sporadically with no family history. Our patient managed conservatively lesions covered with bulky cotton padding over joints along-with application of topical antibiotics for several weeks. However, unfortunately child developed sepsis and expired.
